Mucopolysaccharidosis VII (MPS VII) was bilateral metatarsus adductus, and camptodactyly of the left hand with absent distal interphalangeal creases of the third and fourth fingers.
At 11 weeks of age, he had a height of 62 cm (75th centile), a weight of 5* 3 kg (30th centile), and a head circumference of 41-5 cm (50th centile). Over the first 9 months of life, he was admitted to hospital on four occasions for episodes of wheezing and pneumonia. At 9 months, his weight and height were 8 7 kg (30th centile) and 72 cm (30th centile), respectively. His head circumference, which up until 6 months had followed the 50th centile, had increased to 50 cm (>97th centile). In addition, a gibbus deformity of the lumbosacral spine and bilateral inguinal hernias were noted. Development was delayed with a history of first rolling over at 6 months and sitting at 8 to 9 months. He With respect to postnatal growth deficiency, height and weight were below the 3rd centile in two patients,1 3 and in two growth delay was mild (10th centile).2 With regard to macrocephaly, onset of accelerated head growth was variable, occurring in the first year in TM and CR'1 4 and in the third year in KB.3 TM, the subject of this report, is the only patient in whom increased intracranial pressure requiring ventriculoperitoneal shunting has been described. Developmental delay, mild to moderate in four of the six affected children,1 2 4 has been non-pro-gressive in the two children followed up for some time, one for 8 years and one for 22 months. Two patients, KB and ME, showed marked developmental delay which we feel goes beyond the effect of 3-glucuronidase deficiency.2 4 Both of these patients had neonatal hyperbilirubinaemia. KB developed a giant cell hepatitis and a downhill clinical course with death at 2 years 9 months and ME developed neurological signs of kernicterus.
Onset of corneal opacification varied from 7 months3 to 8 years.4
Progressive joint contractures, first manifest in the newborn period, have been seen in one patient, the subject of this report.
Findings of dysostosis multiplex have been variable. Consistent findings have included a 'J-shaped' sella and characteristic pelvic abnormalities with acetabular dysplasia, narrow sciatic notches, and hypoplastic basilar portions of the ilia.1-4 Widening of the ribs has been noted in three patients,1 3 and pointed proximal metacarpals have been described in two.1 Vertebral abnormalities have differed: a hypoplastic odontoid and shortening and anterior irregularities of the vertebral bodies occurred in one child' 4; wedge deformities of the lumbar vertebrae were described in another.3 Anterior inferior beaking of the lower thoracic and lumbar vertebrae was noted in the subject of this report. In one additional patient the spine was reportedly normal, although a mild gibbus deformity was apparent.2 Hip dysplasia has been noted in two patients' 4 and has been severe and progressive in one child.4 Other abnormalities have included medullary expansion of the proximal humeri' and abnormal irregular ossification of the humeral heads.
Frequent respiratory infections have been described in all patients.1-3
The variability in urinary acid mucopolysaccharide excretion exhibited by this child merits comment. The two screens were carried out in the same laboratory using the same procedure. Although we cannot rule out a problem with faulty preservation of the first urine sample, variable urinary acid mucopolysaccharide excretion in other patients at various points in time has previously been encountered (Sly, 1980, personal communication 
